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Sindrome de Job

Job’s syndrome
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COMENTARIO

AC toracica com multiplas formagoes quisticas aé-

reas, de dimensoes variaveis, localizadas sobretudo

aos segmentos basais do lobo inferior esquerdo.

No segmento apical do lobo inferior direito existe forma-
¢ao quistica volumosa, determinando alteragdes compres-
sivas do parénquima adjacente. Observa-se ainda discreto
padrao em “vidro despolido” a nivel dos lobos inferiores.

Trata-se de adolescente de 14 anos com diagndstico de
sindrome de Job desde os 6 anos. E uma imunodeficiéncia
primaria rara, caracterizada por dermatite croénica,abcessos/
furdnculos cutineos, pneumonias quisticas graves e recor-
rentes, associada a niveis elevados de IgE (>2000Ul/ml). Sa-
lienta-se a gravidade das lesGes pulmonares com insuficién-

cia cardiopulmonar progressiva, frequente causa de morte.

COMMENT

horax CT scan showing multiple bilateral cystic imag-

es with different sizes, located mainly in basal seg-

ments of the inferior left lobe. In the right inferior lobe
there is a voluminous cyst image, compressing adjacent lung
tissue. We can still observe a diffuse ground-glass pattern in
inferior lobes.

This |4- year-old patient had a diagnosis of Job’s syn-
drome since the age of 6.This is a rare primary immunode-
ficiency, characterized by chronic dermatitis, skin abscesses,
severe recurrent cystic pneumonias, associated with high IgE
serum levels (>2000 1U/ml).We highlight the severity of these
pulmonary lesions, usually progressing to cardio-respiratory

insufficiency and even death.
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